Growth parameters and calcium homeostasis in cystic fibrosis patients with CFTR I1234V mutation
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To the Editor: Cystic fibrosis (CF) is the most common lifethreatening recessive genetic trait among whites. 1 Despite a recent emphasis on adequate nutrition, impaired growth occurs frequently in children with CF and the etiology appears to be multi-factorial. 1 Pancreatic insufficiency (PI) can be a major factor, 2 but other factors including insulin resistance, bone disease, hepatobiliary dysfunction and vitamin D deficiency may be significant risk factors for defective bone growth. 3 The cystic fibrosis transmembrane conductance regulator (CFTR) I1234V mutation, with normal exocrine pancreatic function, is a common mutation among Arabs in the Arabian Gulf region. 4 Growth and nutritional parameters and FEV 1 The high prevalence of vitamin D deficiency in our CF patients, despite normal pancreatic exocrine function, might be related to the hot weather and the usual clothing that covers most of the body, decreasing effective sun exposure. An intermittent increase of PTH secretion during vitamin D deficiency (n=6) is known to be an adaptive mechanism to increase alpha-hydroxylation of vitamin D and to maintain both normal serum calcium concentration and bone growth. However, when PTH levels become excessive or persistently high for long periods, osteopenia/osteoporosis may occur.
Our adolescent patients with CF had significantly lower serum levels of calcium, phosphate and ALP and a higher PTH level compared to young patients. This suggests better adaptability of young children to vitamin D deficiency compared with adolescents, and this may also mean that time is needed to develop clearer signs of vitamin D deficiency. The positive correlation between FEV 1 and HtSDS suggests the importance of good lung function for normal linear growth in these children. In summary, CF patients with the CFTR I1234V mutation showed normal linear growth and BMI and a high prevalence of vitamin D deficiency, suggesting that pancreatic exocrine function plays a major role in maintaining normal growth in patients with CF. Measurements of circulating vitamin D and PTH concentrations appear to be helpful for the early detection of abnormal calcium homeostasis in these patients. 
